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A 51-year-old woman with a history of autosomal dominant
polycystic kidney disease (ADPKD) with significant involve-
ment of her liver and ovaries underwent an uncomplicated,
living unrelated exchange renal transplant. For 2 years before
her evaluation she had required a large-volume paracentesis
every 2 weeks to relieve her chronic, significant abdominal
ascites. On examination, the abdomen demonstrated massive
distension, palpable liver cysts, and an appreciable fluid wave.
The ascitic fluid was transudative, and liver function tests were
all within normal limits. Multiple computed tomography scans
were without evidence of neoplasm. MRI/MR angiography of
the abdomen demonstrated little liver parenchyma not replaced
by cysts, an enlarged spleen, an 11 cm hemorrhagic liver cyst,
and patent portal and hepatic veins. Although uncertainty
remained, the ascitic fluid was thought to be due to either
presinusoidal portal hypertension or caval obstruction from
cysts; however, portal vein wedge pressures were not elevated.
The patient underwent exploratory laparotomy, which con-
firmed massive hepatomegaly and innumerable cysts, some with
evidence of hemorrhage and previous infection (Figure 1). Cysts
were noted to displace and envelope the hepatic veins and the
vena cava, but there were no intraabdominal varices. Cysts were
excised in successive layers using cautery, as was a portion of the
left lateral segment of the liver. The patient required a ventral
hernia repair 6 months post-operatively, but otherwise is now at
4 years without recurrence of ascites or abdominal distension
and with laboratory examinations demonstrating normal renal
and hepatic function. Massive liver cysts in patients with
ADPKD develop most commonly in multiparous women and
are thought to be secondary to the influence of estrogen
stimulation. Partial hepatic resection in refractory cases has been
completed with some success; however, the majority of patients
remain asymptomatic with preserved hepatic function and can
be managed with medical and supportive measures.
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Figure 1 | Intraoperative findings of massive hepatomegaly and innumerable
cysts with evidence of intracystic hemorrhage. Findings were consistent with a
diagnosis of polycystic liver disease.
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